Sir,

Hereditary spherocytosis is a type of hemolytic anemia caused by an intracorpuscular mechanism. It occurs due to an intrinsic defect in the red cell membrane as result of which the cells have a spherocytic shape.\[[@ref1]\] We report the case of a patient with this disorder, presenting for laparoscopic cholecystectomy and splenectomy, managed under general anesthesia.

A 19-year-old girl weighing 37 kg, a known case of hereditary spherocytosis, was posted for laparoscopic cholecystectomy and splenectomy. She gave a history of jaundice since childhood. There were also complaints of abdominal pain and fever, for which she had been admitted in the past. On examination, icterus was seen. Her vitals were stable. Per abdomen examination revealed mild splenomegaly. Rest of the systemic examination was unremarkable. Ahemogram revealed a hemoglobin level of 11.2 g/dL, leukocyte and platelet counts within the normal range, a peripheral smear showing the typical spherocytes with normal mean corpuscular volume (MCV), raised reticulocyte count, and increased osmotic fragility of the red cells. Serum bilirubin level was 2.7 g/ dL (unconjugated). Rest of the liver function tests, serum creatinine, and electrolytes were normal. On abdominal ultrasound, gallstones were present and there was a mildly enlarged spleen. The patient was immunized with Pneumococcal and *Haemophilus influenzae* vaccines.

On the morning of surgery, after securing an 18G intravenous line, an infusion of lactated Ringer\'s solution was started. Routine monitors were used (electrocardiogram, pulse oximeter, non-invasive blood pressure cuff, and the capnograph was checked). She was premedicated with intravenous (IV) ondansetron and glycopyrrolate. A loading dose of IV dexmedetomidine 1 mcg/kg was given over 10 min with continuous oxygen supplementation. After preoxygenation for 3 min, anesthesia was induced with IV thiopentone 5 mg/kg and vecuronium 0.1 mg/kg was used for relaxation. Trachea was intubated with a 7.0-mm internal diameter cuffed tracheal tube. Anesthesia was maintained with 50% oxygen in air with sevoflurane. IV fentanyl along with vecuronium was used intraoperatively. End-tidal carbon-dioxide was maintained between 30 and 35 mmHg, and intraoperative vitals were stable. Cholecystectomy was done, followed by extraction of thespleen through a 7-cm left subcostal incision ("Hand-assisted laparoscopic splenectomy"). The surgery lasted 4 h; she received 2L of crystalloids during the surgery and her urine output was 350 mL. Blood loss was around 200 mL. At the end of surgery, 25 mL of 0.25% bupivacaine was given for infiltration at the port sites and the subcostal incision site. She was reversed with neostigmine and glycopyrrolate and extubated once awake with good respiratory efforts. She was given tramadol for postoperative analgesia. She had a good recovery.

Hereditary spherocytosis occurs due to defects in the genes coding for the proteins ankyrin or β-spectrin. In two-thirds of the cases, it is inherited as an autosomal dominant trait, and in the remaining as sporadic mutations or recessive genes.\[[@ref2]\] Qualitative or quantitative abnormalities in these proteins causes the red cells to become spheroidal and increased susceptibility to lysis.

Patients with hereditary spherocytosis typically present with anemia, jaundice, gallstones, and splenomegaly. There may be a similar family history. Many patients have compensated hemolysis and a normal hemoglobin level with reticulocytosis.\[[@ref3]\] Splenomegaly is usually mild to moderate. The size of the spleen per se is not an indication for splenectomy.\[[@ref3]\] Pigmented gallstones are seen in more than 50% of cases.\[[@ref1]\] The incidence increases with the severity of hemolysis and with age. Hemolytic crises may occur, often triggered by viral infections. Increase in the jaundice, anemia and tenderness, and increased enlargement of the spleen occurs. Aplastic crisis is another complication, notably due to Pavovirus B19 infection; there is a dramatic fall in the hemoglobin level due to temporary marrow aplasia.

Laboratory diagnosis involves a peripheral blood smear, in which spherocytes are seen. Acanthocytes or spiculated red cells may also be seen. The MCV is usually normal, but the mean corpuscular hemoglobin concentration is often increased. The reticulocyte count is increased. Osmotic fragility test is often positive.

Folate treatment may be considered, especially in patients with severe hemolysis. Surgical treatment involves splenectomy, which is usually always followed by cessation of hemolysis and a return of the hemoglobin to normal and clearance of jaundice. It is indicated in all patients to prevent the risk of gallstone formation and hemolytic crises, except in those who are well-compensated and asymptomatic.\[[@ref1]\] Immunization with Pneumococcal and *Haemophilus influenza* vaccines is indicated if splenectomy is considered. If gallstones are present, cholecystectomy is done either at the same surgery or subsequently.

Hereditary spherocytosis management perioperatively is largely dependent on the severity of anemia and the degree of hemolysis.\[[@ref4]\] Anemia should be corrected preoperatively before major surgery. Surgery should be avoided in the presence of hemolytic crisis.\[[@ref5]\] Vaccination should be given before splenectomy to prevent postoperative infections.
